244 Proceedings ofthe Royal Society ofMedicine 4 hair follicles and some show disintegration of the hair into keratin flakes and atrophy of the epithelium at the hair root. Sebaceous glands absent; sweat ducts atrophic and scanty.
Comment
The physical signs in the scalp do not particularly suggest sarcoid. Only the presence of sarcoid elsewhere led to further investigation of the atrophic alopecia.
The following cases were also shown:
(1) Lichen T, aged 45 (previously shown in 1945 T, aged 45 (previously shown in , see Forman 1945 ). Past history: At age 23, in hospital for four months; diagnosed as ulcerative colitis, passing up to eight stools a day containing blood and mucus. At age 24 she was again admitted to hospital when I first saw her. The mucous membrane of the inside of the lips and cheeks showed areas of necrosis, as rounded or ringed grey patches (Fig 1) . The necrotic epithelium could be rubbed away, leaving a bleeding surface. Numerous small ramifying necrotic areas were to be seen on the gums (Fig 2) . Vegetating plaques were present on the scalp, lips, flexures of the ears (Fig 3) , armpits and in the groins where plaques in the folds and on the adjoining thighs were rimmed with vesicopustules. Grouped vesicles on the ears suggested dermatitis herpetiformis.
She complained of sore eyes, but no disease of the conjunctivw was recorded. While in hospital she had a relapse lasting one week of diarrhcea with blood and mucus. All skin and mouth lesions cleared up in a period of twenty-one months.
While she was in hospital the vegetating condition of the skin and scalp improved very definitely under treatment, once with 36 g sulphamerazine over a period of five days, and on a second occasion with sulphathiazole for the same period. Relapse of the skin condition occurred within a few days after the sulphonamides were stopped. The mouth, however, was unaffected by this treatment.
At the age of 28, with her first pregnancy, there was a mild disturbance of bowel function; at 32 years, a relapse in the mouth only, treated and cleared following fourteen days of injections of _ L 1. . . . . . . . . Present attack, 1964: For some months she has had discharging eyes, stomatitis and loose stools three times a day. The history of disordered bowel action had to be obtained by direct questioning. The hard palate (Fig 4) , gums and tongue were covered with necrotic points and 'snail track' and ramifying areas of necrosis. These areas of necrosis could be removed in one sheet by firm rubbing, to leave a bleeding surface.
Investigations: 1945: WBC 16,000 (eosinos. 20 Y.).
1964: WBC 6,700 (eosinos. 10%). The Tzanck test was repeated many times on material from the lesions in the mouth; only occasional cells which could be accepted as acantholytic were seen.
Sigmoidoscopy of rectum and pelvic colon showed the mucous membrane to be turgid and Papillke elongated, infiltrated with lymphocytes and polymorphs. The blood vessels were dilated. Covering these papillx, the epithelium was but two to three layers thick and the layers were dissociated from each other but no true, free, acantholytic cells were to be seen.
Upper alveolus (1964): The epithelium was acantholytic with broad rete pegs, enclosing a dense collection of eosinophils and plasma cells. In one area there is a loss of epithelium exposing a necrotic eosinophilic abscess.
Upper rectum (1964): Atrophy of mucosa with areas of necrosis. The papilli are wide, blunted and infiltrated with eosinophils, granulocytes, plasma cells and lymphocytes.
Case 2 Mrs L B, aged 44 Past history: Eleven years' history of diarrheea with a variable amount of discomfort. Stools numbered two to five a day, at times with blood and mucus. At the time of onset of the bowel symptoms she was worried about a lawsuit that she had lost. There was also, she says, radiological evidence of a duodenal ulcer. The bowel disturbance has limited her social activities but her general physical status has remained excellent and her weight is well maintained.
Investigations: Sigmoidoscopy in 1956 showed 'pelvic colon normal; moderate granular proctitis'. Sigmoidoscopy in 1963 showed the mucosa from 6 to 13 cm from anal canal to be inflamed, friable and bleeding easily. Barium enema (1961): 'Descending and sigmoid colon mucosa edematous and swollen. Fine ulceration of mucous membrane and rigidity of the wall. C-ecum also appeared rigid. Terminal ileum hitched up, suggesting adhesions to the caecum.' Barium meal (1961) suggested involvement of caecum by the ulcerative colitis previously seen or by regional ileitis. Barium enema (1963): 'The whole colon showed a fine irregularity of the mucosa indicating ulcerative colitis. There is probably involvement of the terminal'4 to 6 in. of ileum.' Present condition: The involvement of the skin, conjunctivae, and mouth developed in 1964. Small pustules and larger opaque elevated solid papules and blisters occurred on the legs. The necrotic roof of these separated and the exposed surface would vegetate ( Fig 5) . Vegetating plaques with pustular borders developed in the axilke, umbilicus (where the plaque was noticeably raised), and on the pubic skin. With rest and treatment these plaques became dry and the pustular phase disappeared; they then involuted to leave pigmentation but no atrophy.
On the upper alveolus and the hard palate ( Fig 6) ramifying areas of superficial necrosis were to be seen on a background of reddened swollen epithelium. The necrotic epithelium could be rubbed off to leave a superficial bleeding erosion. Under observation these necrotic areas were replaced by a fine papilliferous red surface, obvious on the gum and hard palate. A similar but less obvious necrotic pattern has been seen on the conjunctivae (Fig 7) with much more background of cedema and redness. Both upper and lower conjunctivae show localized areas of fine papillomatosis, giving a granular and velvety appearance. These were situated towards the inner canthus. The same changes are present on the hard palate. Proctoscopy: The rectal mucosa showed a similar fine vegetating surface with necrotic summits to the small papillomata.
Investigations (1964): Hb 70%. WBC 13,000 (eosinos. 12%). ESR 27 mm in 1 hour (Westergren). Blood proteins: total 6-6, albumin 3-4, globulin 3-2 g/100 ml; A/G ratio 1 1/1. Electrophoresis: normal pattern.
Cytology: Tzanck test from the necrotic areas in the mouth and from the edges of the erosions after removal of membrane showed eosinophils and an occasional doubtful acantholytic cell. The same cells were seen in scrapings from the erosions on the legs.
Biopsies: (1) Rectal mucosa: Inadequate specimen. Flattening of papilla and autolysis of mucous glands. Moderate interstitial infiltration with lymphocytes, plasma cells and a few eosinophils. (2) Pustule of leg: Considerable cedema of subepidermal layer, with the cedematous zone showing a few polymorphs, and eosinophils. Beneath, in the cutis, a dense collection of polymorphs and eosinophils. The epidermis appears to be intact. Other sections show a blister, possibly intra-epidermal, the base lined by one or two layers of epidermal cells but no true acantholysis. Other sections show detached clumps of epidermal cells. In other sections evidence of a separation of basal cells with intercellular inflammatory cells recalling the spongiform abscess of Kojol.
(3) Vegetating plaque in axilla: Two stages are seen in the histogenesis of this phase which represents the end of the process. A vegetating epithelium forming a network, enclosing cedematous wide papillk the blood vessels of which are widely dilated. In these papillary enclosures are dense collections of eosinophils and a few dissociated epidermal cells.
At a later stage, corresponding to the dry, red, firm vegetations without pustules, the acanthosis is more regular, the papilla are correspondingly long and narrow and contain a number of eosinophils. A vesicle is to be seen at the tip of one of the papille. The acute process is subsiding and a recovery to normal skin is taking place.
Treatment: The papillomatosis of the conjunctivxe and the pustular and vegetating skin changes seemed to respond initially very well to dapsone up to 150 mg per day, but the drug had to be stopped because she developed a progressive anemia with evidence of hiemolysis. Haptoglobin less than 30 mg/100 ml (normal 50-100 mg/100 ml).
'Her lips were dusky and spectroscopy of the hemoglobin suggested a slight degree of methiemoglobin. This suggests that the mild anemia Hb 70%, and reticulocytosis 4%, are due to heemolysis, rather than to blood loss' (Dr I K Evans). The anemia responded well to intramuscular iron. It should be emphasized that dapsone did not influence the looseness and urgency of the call to stool. Local therapy with tyrothricin and hydrocortisone to the legs cleared the pustular and vegetating areas.
Comment I have had the opportunity of observing 5 patients with this very characteristic skin and mucous membrane disease over periods varying from eleven to thirty years, although records in 2 of these patients have not been complete. The characteristic flaccid blister of pemphigus has not been seen at any time in these patients. In one man there were erosions on the inner cheeks suggesting pemphigus vulgaris but the Tzanck test showed only a few cells which might have been accepted as 'acantholytic'. One patient (Case 1) developed grouped small vesicles on the ears, the clinical appearance being of dermatitis herpetiformis. Lever (1953) states that 'in many patients with Pyodermite Vegetante bulle never develop and the disease pursues a chronic, benign course.
The disease may undergo spontaneous remissions and apparently may even heal permanently'. He classifies 'pyodermite vegetante' as a benign type of pemphigus vegetans but believes that some patients develop the flaccid blister and progress towards malignant pemphigus vegetans of the Neumann type. Further he states that in pyodermite vegetante the pustules show the specific histologic picture of pemphigus, i.e. acantholysis.
The histology of my cases did not show acantholytic blisters and my conception of the histogenesis of the lesions from pustule to verrucose plaque is as follows:
The first stage is the cedema of the papillary body which may lead to sub-epidermal splits and necrosis of the papillary body (Fig 8) . The fluid may accumulate to produce blistering (Fig 9) beneath the epidermis. The epidermis may be broken into and spread apart with the invasion of cells to produce spongiform abscesses. Within the pressure blister groups of epidermal cells are seen but their epithelial bridges are preserved. In the roof of these blisters occasional cells which may be acantholytic are to be seen (Fig 10) . These sections are taken from the pustular and vegetating lesion of the leg.
When the mucous membrane of the mouth is involved it becomes necrotic and together with the necrotic papillary body is observed clinically as ramifying necrotic areas or as 'snail track' ulcers.
The epidermis then reacts and, on the skin particularly, the rete pegs elongate, ramify in a network and surro6nd the cedematous and necrotic papillary bodies containing the collections of polymorphs and eosinophils (Fig 11) . These abscesses, although apparently within the thick rete pegs, are in fact in the papillk and do not disturb the epithelial architecture. Eventually the abscesses disappear and the epithelium assumes a solid acanthotic pattern with dilated vessels and only scanty eosinophils in the narrow elongated papilla. The histology does not suggest a primary acantholytic epithelial disorder. Where disruption of the epidermis occurs it is seen in association with and secondary to cedematous and cellular reactions in the cutis below. Hallopeau (1889) described the disease as jyodermite v6getante' and believed it to be an entity. In the same year he changed his opinion to agree that his 'pyodermite v6getante' was a suppurative form of pemphigus vegetans. However, some of the contemporary dermatologists believed that Hallopeau had abandoned his position too readily and that the condition was an entity with features more suggestive of dermatitis herpetiformis than of pemphigus vegetans (Fordyce & Gottheil 1906 , Pusey 1906 .
The importance of a primary mouth localization has been emphasized by McCarthy (1949) . The 3 cases he reported under the diagnosis 'pyostomatitis vegetans' primarily involved the oral cavity, and in 2 cases remained an oral entity for one and a half to two years. The third case developed the cutaneous eruption of pyodermite' veg6tante after a year. In one of these cases there was a 'chronic colitis of spastic type' for twenty years before the mouth was involved. Goldsmith (1941) , in a detailed discussion and description of a case of pyodermite v6g6tante observed over a period of nine years, noted that the abdominal pain and diarrhea preceded the oral and skin manifestations by a year. His patient was under observation for ten years. Diarrhea recurred during this time.
McCarthy & Shklar (1963) described 6 further cases of oral involvement and colitis under the title of 'pyostomatitis vegetans and ulcerative colitis'. They stated that possibly similar lesions were present in the gastrointestinal canal.
In one of my patients, now under the care of Dr S C Gold, the symptoms and signs of ulcerative colitis were present for thirteen years, the mouth was involved for eleven years, the skin affected for two years.
The chronic phase of fine papillomatous granular mucous membrane in Cases 1 and 2, affecting the mouth and the conjunctive, might have escaped notice as there was little complaint of discomfort in the mouth or eyes.
The appearance of the ramifying necrotic epithelium of the mouth and the tongue and conjunctivwe is very characteristic and may be a primary presentation of the disease.
The involvement of the colon in Cases 1 and 2 and in Dr Gold's patient preceded mouthor skin lesions by one year, eleven years, and two years, respectively.
The changes seen with the sigmoidoscope have been of a patchy or diffuse distribution showing inflamed hremorrhagic mucous membrane, or fine papillomatosis during the quiescent phase.
X-ray examination in Cases 1 and 2 suggests that the whole colon is involved. The minor nature of the colitis and the lack of constitutional disturbance is remarkable and suggest that in all cases of pyodermite vegetante the bowel should be directly inspected even in the absence of symptoms.
Lastly the possibility of a primary role of the colitis in the inception of this cutaneous clinical entity, as a secondary manifestation, should be considered.
Dr S C Gold: My patient referred to by Dr Forman is a man aged 30 who presents an identical clinical picture. At the age of 19 he developed colitis and this was subsequently regarded as 'ulcerative'. After a remission stomatitis and then proctocolitis developed, finally the skin as well participated with a vesicobullous eruption of the flexures and scalp. The skin of these areas became infected, crusted and then heaped up with vegetations. The granular appearance of the buccal mucosa was the same as in Dr Forman's 2 patients. He has been on systemic prednisone for about three years, and though the dose is varied from time to time he seems to be well controlled on a daily dose of 17-5 mg. The histological appearance of a blister from the axilla shows an intra-epidermal bulla with acantholysis.
Dr E Wilson Jones: Suprabasal clefting and acantholysis were found in one of the sections. Thus the histology is similar to that seen in pemphigus vegetans. Dr Lout Forman: The patient who is now under the care of Dr S C Gold had symptoms of proctocolitis eleven years ago when he was 19. In 1960 the mouth only was affected, with erosions of the cheeks and tongue. This cleared up when he took prednisolone, 30 mg per day, and the bowel symptoms disappeared. The relapse of the disease in the mouth and on the skin, three years ago, necessitated 60 mg of prednisolone per day and this cleared the skin and mouth. The bowel was then normal on sigmoidoscopy after treatment. The maiftenance dose is 17-5 mg and he experiences minor skin and oral relapses controlled by topical steroid. There are also relapses of the bowel discomfort with passage of blood.
As an altemative treatment, dapsone appeared to control the skin manifestations of one patient but did not influence the bowel discomfort or diariheea.
Angiosarcoma of the Face: ? Kaposi ? Angio-endothelioma P D C Kinmont MD MRCP Man, aged 72 History: In April 1964, two days after a very minor injury, a knock from his spectacles, his nose became bruised and swollen and the inner parts of the lower lids were also affected. His eyelids subsequently became more swollen and blue. The bluish plaques continued to spread out into his cheeks and cystic lesions appeared on the left side of his nose. In October he saw an ophthalmologist who explored the left inner canthus and tied offsome veins.
He has a blood-stained nasal discharge, but no angiomatous lesion is visible in the nose. He now complains of some discomfort but no real pain. He does not bruise easily and there was no undue heemorrhage from a recent dental extraction. He has lost 10 lb in weight in the past year. Past history: Retinal detachment in the right eye seven years ago. The eye is blind. Family history: No Jewish or Central European ancestry. No haemorrhagic diathesis.
On examination: There is a firm bluish-red hoemorrhagic plaque involving the whole of the nose and spreading out into both cheeks and the lower eyelids with surrounding telangiectasia (Fig 1) . The inner parts of the upper lids are also involved and on the outer part of the left upper lids there are small angiomatous papules. There is extensive telangiectasia of the conjunctivae. On the left side 
